We report two families with phenotypi-
Abstract
We report two families with phenotypically different forms of Romano-Ward syndrome. In one family, only five of 18 affected subjects are symptomatic, whereas in the other the proportion is three out of five. The families show distinct ECG morphologies, in addition to QT prolongation. Previous reports have shown genetic linkage either to the HLA locus on chromosome 6 or the Harveyras oncogene on chromosome 11 . No linkage was found to either locus in the families reported here. The implications of phenotypic and genotypic heterogeneity in Romano-Ward syndrome are discussed in relation to the neurogenic and intrinsic models of pathogenesis. (7 Med Genet 1993; 30:947-50) Persons with Romano-Ward syndrome are at risk for syncope or near syncope, pseudoepileptic seizures, and sudden death associated with ventricular arrhythmia. Episodes of arrhythmia are commonly precipitated by emotional stress (particularly sudden stress) or physical exertion."2 Ventricular repolarisation anomalies (prolonged QT interval, abnormal T/U wave morphology) are found on the resting ECG. The disorder is inherited as an autosomal dominant and while early family studies suggested a gene locus on chromosome (fig 3) . Two affected subjects, IV 2 and V 2, had a normal QTc, but abnormal T/U wave morphology, and one of these (IV 2) has been symptomatic with ventricular tachycardia. understanding of the disorder, its pathophysiology, and the prognosis for individual families.
We gratefully acknowledge the financial support of Grampian Health Board and the invaluable advice of Dr Kevin Kelly in the molecular study. We also thank Dr Alan Johnston for his helpful comments on the manuscript, and are grateful to the North East of Scotland Blood Transfusion service for the HLA typing.
